ACTA BIOMEDICA SCIENTIFICA, 2017, Vol. 2, N5, Part 1

CAYYAH U3 NMPAKTHKH
CASE REPORTS

DOI: 10.12737/article_59e8bc42c0bf14.47394265
YAK 616.12-008.3-073.786:616.127-053.2

Bapakun A.O. 2, Bpereas (1.B. !, Cyo6ornn B.M. !, E¢ppemosa O.C. !

9XOKAPOAUOTPAPUNYHECKAA ANATHOCTUKA HEKOMMNAKTHOINO MUOKAPAOA
JIEBOIO XKENNYAO4KA

! UpkyTckasl rocygapcTBeHHas MeauumuHcKkas akagemus rnocsieannioMHoro oopasosanus — punnan dreoy
«Poccurickasi MeanunHCcKas akagemusi HerpepbIiBHOro rnpogeccuoHasibHoro oopa3osanns» Muusgpasa Poccun
(664049, r. Upkytck, KO6uneiinbiii, 100, Poccus)

2rBY3 «MipkyTckas rocyaapcTBeHHasi 06nacTHas AeTckas KnmHu4yeckas 6osbHuLa»

(664022, r. UpkyTtck, 6-p Marapuua, 4, Poccus)

OnucaHbl KAUHUYECKUe caAy4au pedko ecmpeuaioujelics ceHemuyecku 2emepozeHHOlU Kapduomuonamuu -
HEeKoMNakmHoz0 muokapda sesozo xceaydouka (HM/DK) - y 4 demeii (3 maavuuka u 1 desouka) 8 so3pacme om
2 mecsyes do 6 1em. [lpedcmaes.ieHo onucaxue Ixokapouozpaguueckoli KApMuHblI 8 COOMEemcmauu ¢ CO8peMeHHbIMU
duazHocmuyveckumu Kpumepusmu. Hekomnakmmuliii Muokapd s1e8o2o dcesydouka evlsigseH y 3 demetl, 18020
u npaeozo dceaydouka - y 1 pe6énka. ¥ 3 uz 4 nayueHmos HeKoMnakmubuili Muokapo 6bl1 camoCmosimegabHbIM
3a6osesanuem, a ewjé y 1 peb6éHKka oH 8blsigeH HA poHe Helipodubpomamo3sa I muna e couemaHuu ¢ duramayuetl
KOPOHApPHbIX apmepull U hepukapoua/abHbIM 8binomoM. 3 U3 4 nayueHmos nocmynuau ¢ si8/eHUAMU MsHCéaoll
cepdeurotll HedocmamoyHocmu 3-4-20 gyHkyuoHaabHozo kaacca (PK) no NYHA. [Ipusedetvl axokapduozpammol ¢
onucaHuem XapakmepHbix ocobeHHocmell 3a60.1e8aHUs1 (2unepmpabekyasipHocmy, 2ybuameliii Muokapd, munu4Hoe
COOMHOUIeHUe HEKOMNAKMHO20 U KoMnakmHozo cs1051om 2,0 do 2,6). Bcem 4 nayuenmam 6bl1u HA3Ha4eHvl npenapambl
04151 1eyeHus1 cepdeyHoli HedocmamovHocmu (duypemuku, 6ema-6.10Kamopbl, KANOMeH, 8 00HOM cAy4ae — JU20KCUH);
deoe noiyyaau aHmumpombéomu4eckylo mepanuto (acnuput, apgapuH). [Ipusedetvl pe3y1mamaul OUHAMUYECKO20
Hab.arodeHus nayuenmoes ¢ HMJIDK 6 meueHue HeCKOIbKUX Jiem Ha (hoHe sieueHUsl ¢ 0YeHKOU pasauvuli y16mpas3eykosoll
KapmuHbL. Y 2 u3 4 nayuenmos Ha ghoHe mepanuu 3acmotiHoli cepdevHoli Hedocmamo4Hocmu npu Haba0deHuuU 6o/1ee
5.1em ¢ppakyus uszHaHus 18020 siceaydouka so3pocaa — kak no PJ. Simpson, mak u no L. Teicholz - o0HospemeHHO
CO CHUYCeHUeM cmeneHu cepde4Holl HedocmamovHocmu; a ewéy 2 npu HabardeHuu om 2 Mec. do 5 nem gppakyus
U32HAHUS1 /1e8020 JHcey00UKa modice y8eaudUadch, HO COXPaHUAUCL 3acmoliHasi cepdevHasi HedocmamovHocms 3 K
U NPU3HAKU Npasodiceaydouko8oli Hedocmamo4HOCMuU.

KnioyeBble cnoBa: ynbTpa3BykoBas AMarHOCTUKA, KAPANOMUONATUSI, HEKOMNAKTHbIN MUOKap J1EeBOro Xenynoyka,
axokapavnorpagus, netun

ULTRASOUND DIAGNOSTICS OF LEFT VENTRICULAR NONCOMPACTION
Barakin A.O.?2 Bregel L.V. ', Subbotin V.M. !, Efremova O.S. !

!Irkutsk State Medical Academy of Postgraduate Education —

Branch Campus of the Russian Medical Academy of Continuing Professional Education
(Yubileyniy 100, Irkutsk 664079, Russian Federation)

2Irkutsk State Regional Children’s Clinical Hospital

(bulv. Gagarina 4, Irkutsk 664022, Russian Federation)

The clinical cases of rare, genetically heterogeneous cardiomyopathy are described - the left ventricular noncompac-
tion (LVNC) cardiomyopathy for four children (three boys and one girl) in age from two months to 6 years. Description
of echocardiography signs is presented in accordance with modern diagnostic criteria. Noncompaction of the left
ventricle is recognized in three patients, of the left and right ventricle - in one. In three patients out of four, LVNC was
a separate disease, and yet in one it was associated with neurofibromatosis type 1, in combination with dilatation of
coronary arteries and pericardial effusion. Three of four patients were admitted with congestive heart failure (CHF)
of New York Heart Association (NYHA) functional class 3-4 (FC), and one - with CHF 2 FC. The echocardiograms are
brought with description of characteristic features of LVNC (hypertrabecularity, spongy myocardium on the apex of the
left ventricle, typical correlation of incompact and compact layer from 2.0 to 2.6). All four patients received treatment
for CHF (diuretics, beta-blockers, captopril, in one case - digoxin); two out of four got antithrombotic therapy (aspirin,
warfarin). Results of follow-up observation of the patients are described with the estimation of echocardiography signs,
including dilatation of coronary arteries. Left ventricular ejection fraction - both by Simpson and Teicholz - increased
in two patients, with therapy of chronic heart failure at a follow-up visits over 2 5 years simultaneously with the de-
cline of severity of CHE Another two patients have been examined from 2 months to 5 years and have had CHF 3 FC;
their left ventricular ejection fraction increased too, but cardiomegaly and right ventricular heart failure preserved.

Key words: noncompaction of the left ventricular myocardium, ultrasound diagnosis, echocardiography, cardiomyopathy,
children
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BBEAEHUE

HekoMIOaKTHBIM MHUOKapJ JIEBOTO XXeJyAOo4YKa
(HMJIXK), Tak»e ynmoMHHAaeMbld B JIUTepaType Kak
«ry64aTblii» MUOKap/, (HekJaccuduLupyeMas KapAuo-
MHUONaTHs, N0 ollpeJeneHuto EBpomneiickoro obuiectsa
Kap/M0JIOrOB — 3TO peJIKUH, FTeHeTUYeCKU reTeporeH-
HbIA BapUaHT BPOXKAEHHOU KapauoMmuonatuu [1, 2,
3]), mpu KOoTOpOM HapylleH 3HAOMHOKapAHaJbHbBINA
MopdoreHes, U3-3a Yero pa3BUBaAETCs HepaBHOMeEpPHasI
runeptpodusa MUoKapza Jeporo xenaypouka (JIXK) c
BbIpa)KeHHOU TpabeKy/asApHOCTbIO, popMUPOBAHUEM
IJIy6OKUX NMPOCTPAHCTB MEXAY YAJUHEHHBIMU U UC-
TOHYEHHBIMU TpabeKyJaMU U PUCKOM 06pa3oBaHHUS B
HUX TPoM60B [14, 17]. BnepBble 3a60JieBaHH€e ONUCAHO
B 1984 1. R. Engberding u F. Benber y xeH1munb1 33 s1eT ¢
3KCIUPATOPHOH OJIBIIIKON U HU3KOW TOJIEPAHTHOCTBIO
K ¢usnyeckoi Harpyske [6]. Panee, B 1932 1. S. Bellet
OnMcas u3MeHeHusd, XxapakTepHble 419 HMJIK, BeisiBi1eH-
Hble IPY ayTONICU M HOBOPOXKAEHHOTO C aTpe3uel aopThl
1 KOpOHApHO-NPaBOXeJIyA04KoBOK ucTysoi. TepMun
«U30JIMPOBAaHHAs HEKOMIIAKTHOCTb JIEBOT'0 XKeTyJ0uKa»
Bnepssle npejioxeH B 1990 r. TK. Chin [4].

OCHOBHBIMH Kas106aMu nanueHToB ¢ HMJIXK aBas-
I0TCsI 3HAYUTEJIbHAS yTOMJISIEMOCTD, OJbIIIIKA, IJTABHBIMU
KJMHUYEeCKUMU MPOSABJEHUSIMU - cepJiedHas HeJo-
CTAaTOYHOCTb, XKeJy/[0OUKOBble apUTMHH, CUCTEMHBIE U
JIErouyHble aM60s11u. [1o JaHHBIM pa3HbIX aBTOPOB, pac-
npoctpanéHHoctbe HMJIXK coctasaset 0,14 % B 4esnoBe-
YeCKOUW monyJsisiuu B 1eyoM u 1,26 % cpeau JIeTCKOro
HaceseHUs. OlHAKO BBUAY TPYAHOCTEH AMArHOCTHKU
ciydyar HMJIK MoryT 6bITh IPOTEKATh MO, KJIMHUYEeCKOU
U 3xokapauorpaduieckod Mackoy runepTpodudeckoit
JIM60 PEeCTPUKTUBHOU KapauomuonaTtuu [8], dpubpos-
JlacTo3a 3HAoMHuoKapaa [10], MuokapauTa 60 MOTyT
OKOHYHUTbCsI BHE3AHON CMePThI0 6€3 MpaBUIbHON BepH-
dukanuu npu ayroncuu [15, 17]. B neguarpun HMJDK
COCTaBJIAET NPUMEPHO 9 % OT BCeX JUarHOCTUPOBAHHBIX
kapauomuonatui [13]. [lybsimkanui c onvucaHueM Kap-
TuHbl HMJIXK y feTeil B MUPOBO# JiUTEpaType 04eHb
HEMHOTO.

[ToMUMO KJMHUYECKHX NPOsBJEHUHN B BUJE MpU-
3HAKOB XPOHHUYECKOW 3aCTOWHOM cepJieyHOU Heno-
cratouHocTy (CH), axokapauorpadusi urpaet BaxKHYHO
posb B juddepeHaIbHON AUATHOCTUKE C APYTUMHU
KapJAHOMUONATUSIMU U SIBJISIETCS CAMbIM JJOCTYIHBIM U
JIOCTaTOYHO HHGOPMATHUBHBIM METO/[OM B JUArHOCTHKE
HMJTXK. B 1990 r. TK. Chin et al. npegioxusiu cieaywoiuiye
axokapauorpadruyecKre KpUTEPUH JJI JUATHOCTHKU
HMJIXK: cootHomenue X/Y < 0,5, rae X - pacctosiHue
OT 3MHUKap/a /10 MeXTPabeKyJAPHBIX MPOCTPAHCTB, Y
- paccTosiHUe OT 3NMUKap/a J0 MAaKCHMaJbHO BBICTYIA-
Io1[el TpabeKysbl. ITU KPUTEPHUH PACCMaTPUBAIOTCS B
OTHOLUEHUU TpabeKyJibl, pacrnoJiararouieiics B 06J1acTU
BEPXYULIKH JIEBOTO KeJlyJJo4yKa U3 NapacTepHaJbHOU
MO3UIIUU [0 KOPOTKOM OCH, a TAKXKe BepXyLIeYHOU I10-
3unud. TosrHa CBO6OHOM CTEHKH JIEBOTO XKeJTy[0YKa
u3MepsieTcs B KoHIle Auactosibl. B 2001 . R. Jenni et al.
OINpe/iesIUJIN 3X0KapAuorpadpruyeckue KpuTepuu 3abo-
JIeBaHUs CJeAyUUM 06pa3oMm [9]:

1. /IByxcJ0oMHas CTPYKTypa C TOHKUM YIIJIOTHEHHBIM
(KoMIaKTHBIM) CJI0€M U TOJICTBIM HEYIJIOTHEHHBIM (He-
KOMIIaKTHBIM) cJIoeM. U3MepeHus1 IPOBOASTCS B KOHIE

CHUCTOJIbI B TapacTepHaJbHOM CEYEeHHUHU 10 KOPOTKOH OCH.
HexomnakTtHocTb JIXK onpesensieTcss Ipy OTHOLIEHUU
N/C > 2, tne N - HEKOMIIaKTHBIN cj10¥ MHOKapza (non-
compacted layer of myocardium), C - KOMIaKTHBIH CJI0H
Muokap/a (compacted layer of myocardium).

2. MHorouuc/jeHHble Ype3MepHO BUIUMBbIE TPAGEKY-
JISILUY U IVIyO60KUe MeXXTpabeKy/IspHble IPOCTPAHCTBA.

3. Coob61arouyecs ¢ MOJI0CTbIO JIEBOTO KelyA0o4uKa
MeXTpabeKyJsipHble IPOCTPAHCTBA, BhIsSBJsIeMble C
MOMOILbIO [IBETHOI'0 JOMNIIJIEPOBCKOI'0 KapTUPOBAHUSA
(LAK).

4. OTCyTCTBHE CONYTCTBYIOLIUX CePJleYHBIX CTPYK-
TYPHbIX aHOMaJIMH.

[Tocko/bKy 3a C4ET runepTpodUu MUOKApAA U CHU-
»KEHUsI COKpPATHUMOCTH CHMXKaeTcsl uaMepsieMasi Gpakius
BBIOPOCA, AAHHBIN MOKa3aTesb y nanueHToB ¢ HMJIK
MOJKeT ObITh IPUMEHEH [1JIs1 OL|eHKHU IMHAaMHU4eCKOTro 13-
MeHEeHHUsI COCTOSIHUS, TaK Kak npu oueHke 1o L. Teicholz
B KOHTPOJIbHBIM Cpe3 NonajaeT 30Ha CHHXKEeHHOM KH-
HeTUKH, a pU usMepeHuu no P.J. Simpson sguyeucras
(«ry64aTasi») 30Ha MUOKap/ia HE MOXKET ObITh OlleHEeHa
noJHoLeHHO. B pexume TDI oTMedaeTcsa cHUXeHUe
3KCKYPCUHM HEKOMIIAKTHOT'O MHOKap/ia, OHAKO CJle/lyeT
YUUTBIBATD U TO, UTO BePXyIlIKa Cep/iLia B L[eJIOM MeHee
[I0/IBM>KHA OTHOCUTEJIbHO AaTYMKa.

CorsiacHO y/bTPa3ByKOBbIM KPUTEPHUSAM, ABYXCI0U-
HbII MMOKapJ, COCTOSIUHN U3 TMIepTPabeKy/IspHOTO
(T. H. HEKOMIAKTHOT'0) U KOMIIAKTHOTO CJI0&B, SIBJSETCS
NaTOTHOMOHHWYHBIM NPU3HAKOM HEKOMIIAKTHOTO MMO-
kapga. UccnepoBanuss HMJIXK k HacTosileMy BpeMeHU
[I03BOJIWJIM YCTAaHOBUTDb CYlLleCTBOBaHUE TPEX BapUaH-
TOB 3a00JieBaHus: 1) MU30JIMPOBaHHOE; 2) B COYETAHUU
C BPOXKAEHHBIMH NIOPOKAMU cepAla; 3) B COYETAaHUH C
HeUpOo-MblllIeYHbIMHU 3a60/1eBaHUSMH [2, 16].

MATEPUAJIbl U METOAbl

MbI HabGJ/Ir0/]ald YeThIPEX NAIlMEHTOB B NMEPHUOJ, C
anpesis 2013 r. mo anpesb 2017 . ¢ ;UAarHO30M: HEKOM-
MaKTHBIK MUOKap/, JIEBOTO XeJyZ0uKa, U3 HUX 3 MaJlb-
yrka U 1 feBouka. Ha MOMEHT NOCTaHOBKHU JMarHosa
B Halllell KJIMHHUKe BO3pacCT MAallMEHTOB BapbUPOBAJ OT
2 MecsueB 10 6 JyeT. CTeneHb TSXKECTH XPOHUYECKOU
cepaeyHod HepoctaToyHocTu (CH) ompepesnsiack mo
dyHkHroHanbHbIM KJaaccaM (PK), corsnacHo knaccudu-
Kanuu NYHA.

Juarno3 HMJI2K 6b1s1 ycTaHOBJIEH B OTAEJIEHUU
kapauosioruu UI'OJKB ¢ npu cTaHapTHOM KapAHoJio-
ru4yeckoM 06c/e[J0BaHUH, BKJIIOYAIOLEM [IPOBeJleHUe
axokapauorpaduu Ha amnmnapare 3KCIEPTHOTO KJjacca
Philips iE33 xMatrix c MaTpUYHBIMU MyJIbTUYACTOTHBIMU
JaT4YMKaMM 4yacToTod oT 3 fo 12 MI'u. [lo noctymieHus
B kapguonentp UI'OJIKB npu ocmoTpax Mo MecTy Ku-
TeJIbCTBA MpejmnoJsiokeHus o auarHoze HMJIXK He BbI-
CKa3bIBaJIOCh: TPOUM NaLMeHTaM IpPU CKPUHHUHIOBOH
3XoKapJauorpaduu B paioOHHOU MOJIMKJIUHUKE GbIJIO
JlaHO 3aKJII0UYeHHUe 0 HaJMYMK runepTpodur MUoKapa
JIEBOT'0 JKEeJTY/I0UKa, A el11€ OJJUH Pe6EHOK 10 MOCTYIIIeHUS
B UT'OJIKB BoOGI11E HE 06CIe0BasCH YAbTPAa3BYKOBbIM
METO/|OM.

Junis Bepudukanuu guarnosa HMJDK, npu 2-mepHoit
TPaHCTOPAKaIbHOHU 3X0KapAuorpadpuu B CTaHAAPTHBIX
npoeknusax (4-kamepHasi, 5-kamepHasi, 2-KaMepHas)

Cay4yad U3 NpaKTHKH
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YYUTBIBAJIUCH CJeAYolHe TPU3HAKH — BbIpaXKeHHas
TpabeKyJsIpHOCTh MUOKap/Za JIEBOTO KeJlyl04uKa (Aua-
FHOCTUYECKU YOeJUTeJbHON CYUTAETCS BU3yaTU3aLUs
6oJiee TPEX TpabeKyJ1) CJI0KaIU3aLed IPeuMy1eCTBEH-
HO B BepXYLIEYHOU YaCTH, 10 HIXKHEN 1 GOKOBOU CTEHKaM
JIEBOT'O YKEeJIYA0YKA U C HAJIMYMEM TJIYOOKHUX TPabeKyiI,
KOTOpbIe 00pa3yoT SYEUCTYIO CETh 3a CUET IMIMPOKHUX
MeXTpabeKy/IsipHbIX IPOCTPAHCTB.

PasMepHbIe cTaHZApTHbIE 3XOMETPUYECKHE TOKa-
3aTeJIU OLLeHUBAJIMCh C IOMOUIbIO LIeHTU/IbHBIX Ta6/IHL
U oneHKH Z-score no C. Kampmann et al. [11], onenka
JlMaMeTpa KOPOHAPHBIX apTEPUI TPOBOJUIIACE C UCTIOJb-
30BaHHEM Z-SCOre B COOTBETCTBUM C PEKOMEHAAUSIMU
E Dallaire et al. [5].

Ouenka cepgeyHoro Beiopoca npu HMJIXK [2, 3, 7]
NPOBOJAUTCS, KaK MPABUJIO, C UCIOJIb30BAaHUEM GHUILIA-
HOBOT'0 METO0/ia AUCKOB (MOAM(ULUPOBAHHBIN METO/
PJ. Simpson) B B-pexxume B 2-kaMmepHoU npoekyuu [12].
OueHka TpaJuLMOHHBIM MeToioM L. Teicholz c ucnosibzo-
BaHMEM JIaHHBIX, TOJYYeHHbIX B IPOEKLUU 10 AJIUHHON
OCH JIEBOT0 XKeJTyI049Ka B M-pexKrMe, TaK»Ke MPOBO/[UJIACh
y HAIIUX NALUEHTOB, XOTs IPU HAJTUYU U TUIIOKHHE3UH B
6a3aJ/IbHBIX CErMeHTax eé J0CTOBEepPHOCTb HIke [7, 9, 11].

[Ipu4rMHOM 3TOrO sIBJASIETCS KaK 4yacToe pacmpo-
CTpaHEeHHe NATOoJIOTMYeCKUX U3MEeHeHWH MHoKap/aa B
BepXyIIeyHOH 06J1aCTH, TaK U BO3MOXKHOCTb CHHKEHHUS
KMHETUKHU B 0a3a/IbHbIX CETMEHTAX, YTO TaK¥Ke C03/a-
éT puck omM604YHOU oneHku. Opakiusa BbIOpoOCca 1O
PJ. Simpson MoxeT 6bITh 60J1e€ THPOPMATUBHA, 0JHAKO
JIOCTOBEPHO 06pPHUCOBATh TPAOEKYJNSAPHYIO CTPYKTYPY
MHOKap/a 6bIBAET CJI0KHO 32 CYET MHOXKECTBA TYEHUCTBIX
nepexozoB, noaTomy npu HMJI2K BaxkHbIM OKa3aTesieM
SIBJISIETCSI CKOPOCTh BbI6poca B aopTy [12]. 06513aTesbHO
BBIIOJIHS/IACh OLleHKA AUACTOIMYeCKON QYHKLUU JIEBOTO
KeJIy/I0UYKa — TaK KaK MOJIHOLLEHHOI'0 paccaab/ieHus He-
KOMIIAKTHOTO MHOKapAa, KaK MPaBUJIO, HE IPOUCXOJHT.
OueHka MpoU3BOAMJIACH TPAJUIMOHHBIM CIIOCO6G0M IO
COOTHOLIEeHHIO TUKOB E 1 A NOTOKOB Uepe3 MUTpaIbHbIN
KJIallaH B peXKHUMe UMITYJIbCHO-BOJIHOBOTO oniiepa [12].

[Ipy npocMoTpe M3006paKEHUH B PeXXUMeE CTATUY-
HOTO Ka/ipa CTPYKTypa MUOKap/ia BbIMJISIIUT He TaK I0-
Ka3aTeJIbHO, KaK B pe3KHMe peajlbHOr0 BpeMeHH, OJHAKO
STYEHCTOE CTPOEHME U B B-pexxuMe sIBJISIeTCS BaXKHEUITUM
JUAarHOCTUYECKUM OTJINYHEM.

PE3YJIbTATDI

Uz yeTbipéx nanuenToB c HMJIXK y Tpoux ata kapau-
OMMOIATHS ABUJIACh CAMOCTOSITENIbHBIM 3a60/1eBaHUEM,
Y ellé y OZJHOTO JMarH03 HEKOMIIAKTHOTO MUOKap/ia Jie-
BOTI'0 2KeJlyZj0uKa ObL]1 YyCTaHOBJIEH Ha GOHE CUCTEMHOTO
HacJIe/ICTBEHHOTO 3ab0JieBaHus — HelpodubpomaTosa
[ Tuna (H® 1). [[puBoAMM KpaTKy XapaKTEPUCTUKY
axokapauorpadpuIecKux U3MEHEeHUH KaXKJ0ro M3 ma-
LIMEeHTOB.

Hao6oaenue 1.

Manvuuk P.K.,, BO3pacT Ha MOMEHT IIOCTaHOBKH Jiua-
rHoza HMJIK - 5 s1ieT. ®oHOBBIM 3a60JieBaHUEM SBUJICA
H® 1. [Ipu nocTynieHUuH CUMIITOMbI XpOHUYECKOHW 3aCTOM-
Holi CH 2 ®K nmo NYHA, npurnyiieHue cepZiedHbIX TOHOB.
B 06J1acTy BepXyILIKH HAa yPOBHE BepXHEeH TPeTH MexoKe-
JIyJlOYKOBOU Neperopojiku B 4-kaMepHO/5-kaMepHOU
[IPOEeKLUAX JIOLMPOBaHa 30Ha I0BbILIEHHON TpabeKynsp-

HOCTH B BUJIE «COT», aHAJIOTUYHbIe U3MEHEHHUs BJIMKe K
BepXyllIKe perucTpupyrorcs B Muokapge DK (puc. 1).

Puc. 1. Manbuuk PK., 5 net. y64aTblin (4encTbIi) Mruokapn,
NIEBOrO Xenyaoyka 13 2-kaMepHo NpoekLumnn.

Fig. 1. BoyR.K.5y.0. Spongy myocardium of the left ventricle from
the 2-chamber view.

MakcuMa/ibHOE YTOJIlleHHe MUOKap/a JA0CTUTral0
1,05 cM npu ToJIMHE MHUOKap/Aa B HEM3MeHEHHBIX
yyactkax 10 0,4 cM (koadpdunuent N/C coctaBuia 2,6). [Ipu
3TOM TaKXKe OTMeYeHa Au/aTalus IJlaBHbIX KODOHapHBIX
apTepuy, npenuMyuiecTBeHHO JeBor (guametp 0,39 cm,
4yTO cocTtaBuio 3,37 1o Z-score), ¥ npaBoi - g0 0,29 cMm,
T. e. 1,77 o Z-score), a Tak:ke BBbIIIOT B NlepUKap/ie [0
0,6 cM 10 KOHTYpY JIEBOTO XKeJyio4Ka (puc. 2).

Puc. 2. Manbuuk P.K., 5 net. lnnartaumsa nesBo KOPOHapHOM
aptepum oo 0,39 cm.

Fig. 2. Boy R.K. 5 y.o. Dilatation of the left coronary artery up to
0,39 cm.

®paxkuus BeiGpoca JeBoro xenyzpodka (PB JIXK) co-
craBuia 73 % no Metoay L. Teicholz. Pe6éHky HazHaueHO
JieueHue GypoceMH/I0M, BEpOLITTUPOHOM, aHAIIPHUJIMHOM I10
MoBo/y cTabubHO coxpansitoneics CH 1 @K uacniupuHom
A npoduaakTUKu TpomM6030B noJsoctu JIXK. [lpu
3xokapzauorpaduu B Bo3pacrte 6 JieT (puc. 3) coxpaHsaeTcs
SYEUCTOCTb MUOKAp/a JIEBOTO U MPABOr0 KeJyL04KOB
B 06J1aCTH BepXYLIKH, IPU 3TOM He 3aperucTPUpPOBAHO
MIPU3HAKOB TPOMO03a JIJaKyHapHbIX TPOCTPAHCTB. Ppakius
BbIGpOCa, n3MepeHHas 1o L. Teicholz, cocraBuia 83 %, qua-
Mmetp JIKA - 0,39 cM (Z-score 3,47), IIKA - 0,3 cM (Z-score
1,76). B 06/1acTH BEpXYIIKU PETUCTPUPYETCS YIaCTOK
pacxoXk/IeHHUsI INCTKOB nepukap/a o 1,1 x 4,1 cM (BbInoT),
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a TakXe B MeCTe pacXO/JeHUs JIMCTKOB lepuKapza
Ha 3MUKapJe JOLUPYyeTCcs TOHKOCTEHHOE OKpYTrJjoe
o6pa3oBaHue ¢ BHemHUM pasmepom 0,32 x 0,37 cm ¢
9XOHEraTUBHBIM LIEHTPOM, paclieHeHHOe KaK aHeBpHU3Ma
KOPOHApHOM apTepHH.

Puc. 3. Manbunk P.K., Ha MOMeHT uccnepoBaHus 8 nert.
ly6uaTtklil MMokap, NEBOroO 1 NPABOro Xenyao4ka 13
2-KaMepHOW NpoeKLnu.

Fig. 3. BoyR.K., 8y.0. atthe time of the study. Spongy myocardium
of the left and right ventricles from the 2-chamber view.

Ha6ur01eHue 2.

/Jlesouka 3.H., BO3pacT B MOMEHT NOCTAHOBKHU JiUa-
rHo3a HMJIXK - 1,5 roaa. [Ipu 2-MepHOHM 3XoKapuorpa-
dUM U3 BCEX IOCTYIHBIX MPOEKIUH B 06J1aCTH BEPXYLIKU
MHUOKap/, JIEBOTO KeJIYZ0UKa YTOJNIEH MAKCUMaJIbHO /10
1,6 cM, mpH ToJILMHE HEM3MEeHEHHOT0 MUOoKapAa 10 0,6 cM
B cuctoay, 0,4 cM B IMACTOJLY, YTO N03BOJISIET ONPE/IENUTD
ko3 punueHt N/C = 2,6 (MakcuMaJibHasl TOJIL[HMHA GbLIA
M3MepeHa B 2-KaMepHOU IpoekIuu). KuHeTrka B 06/1acTu
HEKOMIMAKTHOM YaCTU CHUXKEHA, MUOKap/], C BIpaXKEHHOU
TpabeKyJsIPHOCTBIO M MPU3HAKAMHU r'y64aToOro MUoKapaa
(yyacTkaMu o THIy «coT») (puc. 4).

Puc. 4. [eBouyka 3.H., 1 rog 5 mec. BoipaxeHHas Tpabeky-
JIAPHOCTb B 06/1aCTW BEPXYLLKN JIEBOIO Xenyaoyka,
y4acTku rybyaToro muokapaa.

Fig. 4. Girl Z.N., 1 year 5 mo. Hypertrabecularity of the apex of the
left ventricle, sites of spongy myocardium.

®pakuus BbI6poca ieBoro xkeygouka 1o L. Teicholz
coctaBusia 55 %; ouenka no P.J. Simpson B mepBom
HCcCleJOBAaHUM He 6blyia poBeZieHa. COCTOSIHUE NPHU
MOCTYILJIEHUH OLleHEHO KaK TsHKEJ0e, C ABJEHUSIMU Jie-
BOXKEJIYZI0YKOBOM Cep/ieuHON HeZlocTaToYHOCTH 3-4 OK.
Yepes roj HabJIIOZeHUS C HA3HAYEHHBIM JIeYeHUEM I10 10-
Boxy CH (dypocemus, BepolnupoH, KanoTeH) GppaKius
BbIOpOoca 1o L. Teicholz nocturna 68 %, npu uamepeHuu
o Metoay PJ. Simpson - 63 %. Pasnuua o6ycyioBiieHa,
BEpPOSITHO, CHUXKEHHEM KHHETHKHU B BEPXYILIEeYHOU YacTH,
Mpe/iCTaBJIeHHON HEKOMIAKTHbBIM MHUOKApZ0M. BbLI Ha-
3Ha4YeH TaKke BappapuH JJis NpoPUIaKTUKU TPOMOG030B
nosiocty JIXK. [TanmeHTKa HaGJ/II0/1aeTCs B TeYEeHUE IATH
JIET ¢ OTYETVIMBBIM Y/Iy4lIEeHUEM COCTOSIHUS K HACTOs-
IeMy BpeMeHH (BO3pacT 6 JieT) - y Heé 3aMeTHO YMeHb-
LIWJIaCh CTeNeHb cepAeuHoN HeocTaTOuHOCTH 1o 1 K
OJTHOBPEMEHHO C U3MEHEHUSIMH 3X0OKapArorpapruiecKon
KapTUHBI — 3HaUYeHUs QpaKIuy BbIGpOCa JIEBOTO JKeJy-
no4vka no L. Teicholz u PJ. Simpson 6iu3ku (68 % u 66 %
COOTBETCTBEHHO), COXPAHSETCS IMIepTPabeKyIsIPHOCTD
MHOKap/a, HO TOJIIIMHA MUOKap/a JIEBOTO JKeJIYA0YKa B
JauacroJuy paBHa 0,65 cm (75-90-# neHTHJIb JJ1s1 POCTO-
BECOBBIX MOKa3aTeseld AeBoYKH). OLleHKa TOJILUHBI
HEKOMIIAaKTHOTO MUOKap/a no Z-score [11] cocraBusia
14,72. CooTHoueHre NKMKOB E/A Ha TpaHCMUTPaJbHOM
notoke - 0,9/0,6 M/c (IpU3HAKOB AUACTOJUYECKOH JHC-
bYHKIMU He onpesiesisieTcs).

Ha6moaenue 3

Maabyuk T.E., BO3pacT Ha MOMEHT MOCTAaHOBKH
auarnoza HMJIK - 2 mecsna. Y3 Bcex cTaHAapTHBIX
NpoeKUUH (0TYéTirBee B 2-KaMepHOU U 5-KaMepHOH)
onpesessieTcs yTOJIeHue MUOKap/ia B 06/1aCTH 3aiHeH
creHku JIXK 10 0,8 cM (cooTHowenne N/C = 2,4). [TonocTb
JIEBOTO KeJlyl0uKa AUJIATUPOBAHA, OKPYI/Iod GOpMBI,
JMACTOJIMYECKUH TMaMeTp JIEBOTO KeJyJlouKa 2,25 cM
(2,30 mo Z-score), BUAHbI MHOXKECTBEHHbIE TJIyOOKHE
TpabeKyJibl, TMTIOKUHE3Us B 00JIaCTH BEpXYLIKHU U 33/HEN
CTeHKH (pHuc. 5, 6, 7).

Puc. 5. Manbunk T.E., 2 mec. TonwumHa ryéyatoro Mmmokapaa
6oneeyeM B 2 pasa npeBbILLIaeT TONLLMHY KOMMaKTHOro
crnos.

Fig.5. BoyT.E.,2m.o. Thickness of spongy myocardium more than
2 times exceeds thickness of the compact layer.
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Puc. 6. Manbunk T.E., 2 mec. MnybuHa Tpabekyn HEKOMNAaKTHOM
yacTu gocturaeT 1 cm.

Fig. 6. Boy T.E., 2 m.o. The thickness of the non-compact layer
reaches 1 cm.

Puc. 7. Manbuuk T.E., 2 mec. BonbLuoe KONMYeCTBO NakyH n
Tpabekyn co3paloT puck Tpombo3a.

Fig. 7. Boy T.E., 2 m.o. A large number of lacunas and trabeculae
(high risk of thrombosis).

@B JIXK cocraBasietT 52 % no L. Teicholz u 50 % no
PJ. Simpson. Ha6utogaeTcs aunaranys KOpOHapHbIX ap-
Tepuil: 1eBou — 10 0,22 cM (Z-score = 3,13), npaBo# - 10
0,21 c™M (Z-score = 3,49), - BeposITHO, KOMIIEHCATOPHAsI B
cBa3u ¢ gunartanuent JIK. [Ipu axokapguorpadpudeckom
uccaegoBanuu muokapg JI2K yToséH HepaBHOMEpPHO:
MeXXIKeJyJl0YKOoBas eperopo/ika He U3MeHeHa (puc. 8),
4YTO ABJISIeTCS BaXKHbIM AU depeHInasbHO-JUArHO-
CTHUYECKHUM NMPU3HAKOM JJIs UCKJIOYEeHHUS THIIePTPO-
duvecKor KapZIMOMUONATHUH, TPU KOTOPOU YTOJIIeH e
0OBIYHO 3aTparvBaeT MUOKap/| Kak 3aJlHEH CTEHKH, TaK
Y MEXOKEJTYL0YKOBOM Teperopoiku. B KIMHUKY nauueHT
MIOCTYTIMJI C SIBJIEHUSIMH TSKEJIOH JIEBO- U TIPABOXKETYA0Y-
koBoi CH 4 ©K, nposesnén nonoop Jiedyenus (pypoceMuy,
BEPOLINTUPOH, aHATIPUJIVH, ACTUPUH).

061asa AJUTeJNbHOCTb HAabGII0JeHHA COCTaBUIa JBa
Mecsla; 3a 3To BpeMs nposiBiaeHuda CH ymeHbmuaunce.
OHOBpEMEHHO NpHU 3xoKapauorpapuu Gpaxkuuu BbI-
6poca no L. Teicholz u Simpson yBesnuuucs 0 59 % u
56 % cOOTBETCTBEHHO; IUAMETD [VIaBHBIX KOPOHAPHBIX
aptepuil ymenbumuica go 0,21 cm (Z-score = 2,65) u
0,17 cM (Z-score = 2,03) no JIKA u [IKA cooTBeTCTBEHHO.
[ToTOK Yepe3 MUTPAIbHBIN KJallaH MOHOMUKOBBIA CO

ckopoctbio 1,1 M/c. [locsie mog6opa JieyeHusl BbINMCAH
noj aMbyJsiaTopHOe HabJIlo/IeHue.

Puc. 8. Manbuuk T.E., 2 mec. 'ybyaTblii MMOKapa NeBoro
Xenypouka, MexkenynoykoBas neperopogka He
yTOsLWEeHa.

Fig. 8. Boy T.E., 2 m.o. Spongy myocardium of the left ventricle,
absence of thickening of the interventricular septum.

Hao6oaenue 4.

Mausibuuk P.E., Bo3pacT npu rnepBoM 06C/IeJ0BAHUU
4 ropga. Iloctynus B 04eHb TSAXKENIOM COCTOAHUU C
sIBJICHUSIMU 3aCTOMHOM JIeBO- U TpaBoXeaygoukoBor CH
4 @K. B o6s1acTH BEPXYLLIKH JIEBOT0 XKeJIy1049Ka TOJIIHUHA
MHOKap/a coctasisiaa 1,2 cm (cootHomenue N/C = 2,1);
TOJILMHA MUOKap/Aa MpaBoTo XeJayAo4yKa OJIMKe K
Bepxyuike 0,78 cm. @B JIXK no L. Teicholz cocraBuna 33 %,
no P.J. Simpson - 52 %. PerucrpupoBajivich BelpaxkeHHast
TpabeKyJSIpHOCTb U TrunepTpodus MUOKap/a JIeBOTO
)esygouka (puc. 9).

Puc. 9. Manbunk P.E., 5 net. BolpaxeHHas TpabekynsipHOCTb
Muokapaa, nakyHbl/

Fig. 9. Boy PE., 5y.0. Expressed trabecularity of the myocardium,
lacunas.

[TanpeHT HaOJ/I0JaeTcsa B TeueHUe TPEX JieT. [Ipu
nepBOHAYaJbHBIX UCCJAEJOBAHUAX AUACTOJIHUYECKUH
JIMaMeTp JIEBOTO eJyovka (3,45 cM) cooTBeTCTBOBAJ
90-my nenTtuato; B 2016 n 2017 rr. guacTou4ecKUn
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auameTtp JIK coctassisii 3,7 cM (Tak»ke COOTBETCTBOBAJ
90-My 11eHTU/I0). OTJIMYHUTEbHONH 0COGEHHOCTBIO Y
JlaHHOT0 pe6EéHKa sIBJISIeTCsl cepbE3Hasi JIEroyHas runep-
TeH3us (peryprutanus Ha TK 3-4-ii crenenu (puc. 10),
CAJIA = 128 mm pT. cT,, TAPSE 1,2 cM, 4yTO cocTaBasieT
5,0 no Z-score), KOMIIEHCATOPHOE pacLUIMpeHHe NPaBoOi
KopoHapHo# apTepuH (mo 0,35 cM - Z-score = 2,78).

Puc. 10. Manbuuk P.E., 5 net. Peryprutauma Ha TK 3-4-i
CTeneHu.

Fig. 10. Boy P.E., 5 y.o. Regurgitation on the tricuspid valve,
stage 3-4.

BBuny tsaxénoit 3actoiiHodt CH nmosyyaet dypo-
ceMM[], TPMaMIyp, aHAlIPUJUH, JUTOKCHUH, a TaKxe
BapdapuH s NpoPUIaKTUKA TPOMOO30B B MOJIOCTU
JI)K. Ha atom ¢oHe yepe3 3 rosa oT Havyasa JedyeHUs
¢dpaxuus Bei6poca Bospocia: rno L. Teicholz - 10 48 %, no
PJ. Simpson - 50 50 %, py 3TOM OTMeYeHO yIy4lleHue
caMO4yyBCTBUs peb6éHKa, xoTs coxpaHsercsa CH III ®K
Y JIeBO- U NPaBOXeJYyA04YKOBasd, BblpaXkeHa JIEroyHas
rUnepTeH3us, 4, o JaHHbIM 06C/ie/J0BaHUs, ¥ 3TOTO
nalnueHTa HauboJsiee IPO3HBINA NPOTHO3 Cpesu Bcex 4
HaXO/ISIIMXCS 110/ HabJ I eHrueM ¢ gJuariosom HMJIK.

TakuM o6pa3oM, y 4 HabJ1t0aeMbIX HAMU TALLUEHTOB
C HEKOMITaKTHBIM MUOKap/0M NpPHU 3XoKapauorpadpuu
ObL/IM 06GHAPYKEHBI Ciieytoliue TUUYHble AJ1s1 HMJIK
M3MeHEeHUs: BbIpaXKeHHasi TpabeKy/JIsApHOCTb JIEBOTO
»KeJIyl04Ka, IPY 3TOM TOJIIIMHA HEKOMIIAKTHOMN 4acTH
6oJiee yeM 2-KpaTHO (MakcuMasibHO A0 N/C = 2,6) npe-
BblllaJja TOJILIMHY HEM3MEHEHHOTI0 (KOMIIAKTHOTO)
MHUOKap/a; BU3ya/M3UPOBAJUCh MHOXECTBEHHbIe IJIy-
60kue TpabeKyJibl, pOpMHUpPYIOLINE TUEUCTYIO CTPYKTYPY
Muokapga. Takxe y nanueHtos ¢ HMJIXK Ha6srofanocb
HapylleHHe AUACTONNYeCKON yHKIMU MUOKapAa 3a
CYET CHUXKEHMS NOJIHOLLEHHOH peslaKCcallui ero HeKOM-
naxkTHoro csos. KpoMe aToro, paciinpeHre KOpOHapHbIX
apTepuil JOKYMEHTHPOBAHO Y JIBOUX, YTO, BEPOSITHO,
06yCJIOBJIEHO MOBBIIIEHHBIMU NOTPEOGHOCTAMU HEKOM-
NaKTHOI'0O MUOKap/a MpU HECOOTBETCTBUMU Pe3EPBHBIX
BO3MOXHOCTel Harpy3kaM. Ha ¢poHe HazHaueHHOTrO JIe-
4yeHUs 10 NoBoAy XpoHudeckoi CH y ABOMX nanueHTOB
B JMHAMUKe Ha0JII0/IeHUS AJIUTEJbHOCTBIO OT 2 MeCsILieB
o 5 s1eT coxpaHsieTcs kapguoMeranusa u CH 3 ®K c
NpHU3HaKaMU KakK JIeBO-, TaK U IIpaBOXKeJIyJ0YKOBOH He-
JLOCTaTOYHOCTY, a e1l|€ Y IBOUX COCTOSIHUE 3HAaUUTEeJIbHO
YJAYUYLIHJI0Ch N0 KJIMHUYECKUM U 3XoKapjuorpadpude-
CKMM IIOKasaTessaM - npusHaku CH ymeHbmmanch 1o

1-2 ®K. TpoM6GOB B NOJIOCTH JIEBOTO YKeJTYA04YKaA Mbl He
HabJ0gaMH.

BbIBOAbl

1. /luarHo3 HEKOMIIAKTHOTO MUOKap/a JIEBOTO XKe-
JIyJl0YKa BbI3bIBAET 3aTPYAHEHUS Y BpauyeH, BbIIIOJIHS0-
LIUX YIBTPA3BYKOBOE UCCJIeJOBAHHE CeP/IIA B 0ObIYHBIX
MOJINKJIMHUKAX, U TpebyeT BepudpHUKaALUU C TOMOIIbIO
3XoKapauorpaduu B ClelMaJU3UPOBAHHOM JIeTCKOM
KapZM0JIOTUYECKOM I|EHTpeE.

2. Y Habs0[jaeMbIX HAaMH NaleHTOoB (4) c HeKOM-
MaKTHBIM MUOKapP/I0M JIEBOTO XKEJIYZ,04Ka COOTHOILIEHHEe
TOJIIIMH HEKOMIIAKTHOTO U HEM3MEeHEHHOTO MUOKapZa
cocrtaBJisiyio 6osee yem 2,0 (MakcuMasbHO - 710 2,6),
W3MEeHEHHs B BU/Jle BbIpAXKEHHOU TPabeKyJsIpHOCTH,
STYENCTOCTH MUOKap/ia 3aperuCTPUpPOBaHbI IPEUMYIIe-
CTBEHHO B 06JIaCTH BEPXYLIKU JIEBOTO0 XKEJIYA0YKA, B TOM
YUCJe B OJIHOM C/Iy4ae — TAKXKe B 06JIaCTH BEPXYIIKH
[IPaBOTro >KeJyJ[0uKa.

3. ¥ aByx nanuenTtoB c HMJIXK u3 yeThIpéx B AuHa-
MUKe B TeYeHHUe = 5 JIeT 0TMeyasoch yBeJudeHne Gppak-
MM BbIOpOCA JIEBOTO KeJyZ0uKa — Kak 1o PJ. Simpson,
Tak ¥ 1o L. Teicholz, oHOBpeMEHHO CO CHUXXeHUEM
MPU3HAKOB CepJledYHON HeJOCTATOYHOCTH, KOTOpas
coxpaHseTcs Ha ypoBHe 1-2 @K; a ewé y ABOUX B JUHa-
MUKe HabJIoJleHus OT 2 Mec. 10 5 JyieT coxpaHsieTcs CH
3 ®K B TOM 4uC/Ie ¢ IpM3HAaKaMU IPaBOXKeJy0UKOBOU
Y JIETOYHOU TrUMnepTeH3uH, Ha poHe MOCTOSHHOM Mo/ -
neprkuBaronieit repanuu CH.

4. HekoMNmaKTHBIM MHOKapJ, JIEBOTO KEJNYA04YKa
Ha ¢poHe HelpodpubpomaTosa 1-ro Tuma B HalleM Ha-
OJIIOZIEHUH COTIPOBOXK/AAJICS KOPOHAPHOU AUIaTallUEN U
OCYMKOBaHHBIM MepUKaApHaTbHbIM BbIIIOTOM.
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